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BRIEF CLINICAL REPORTSMelkersson–Rosenthal syndrome: An unusual cause of intermittent
raised hemidiaphragm?Bilal H. Kirmani, MRCS,a ChristopherM. Dobson, FRCP, FRCPath,b and Joseph Zacharias, FRCS (C-Th),a
Blackpool and Preston, United KingdomMelkersson–Rosenthal syndrome (MRS) is a rare dermato-
logic syndrome, characterizedby the triad of chronic orofacial
swelling involving one or both lips, relapsing facial nerve
paralysis, and furrowed dorsumof the tongue (linguaplicata).
The complete triad is only present in about 25% of cases. The
orofacial edema affecting one or both lips is the dominant
finding and may be the presenting sign in nearly half of all
cases. Although the syndrome has been described involving
other cranial nerves, we present a case of granulomatous chei-
litis of the upper lip where there was a relapsing involvement
of the phrenic nerve that was resistant to medical therapy.
CLINICAL SUMMARY
During routine dermatologic review, a 25-year-old
nonsmoking woman with granulomatous cheilitis reported
somnolence, headaches, nausea, and clamminess. Examina-
tion revealed decreased air entry at the right lung base, radio-
graphically associated with a raised right hemidiaphragm
(Figure 1, A). Ultrasonography confirmed absent excursion
of the right hemidiaphragmwith no subdiaphragmatic abnor-
mality, and further imaging with high-resolution computed
tomography demonstrated no intrathoracic tethering, atelec-
tasis, lung fibrosis, mediastinal masses, or abdominal splint-
ing. Transcutaneous nerve conduction studies some months
later demonstrated normal phrenic motor latencies.
There was no history of preceding head, neck, or chest
trauma. The patient had no respiratory symptoms, no other
neurologic disturbances, and no clinical features of por-
phyria. Blood tests showed normal full blood cell count,
urea level, electrolytes, liver function, calcium level, and
serum angiotensin-converting enzyme level, with negative
results for antineutrophil cytoplasmic autoantibodies and
only weakly positive results for antinuclear antibodies
(1:40). Sarcoidosis was therefore considered unlikely.
The patient had a history of granulomatous cheilitis from
the age of 7 years,with granulomatous histology provenon la-
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Although thepatientdidnot have linguaplicataor facial nerve
paralysis, a diagnosis of amonosymptomaticmanifestation of
MRS was made. Treatment had been composed of predniso-
lone and mesalamine (INN mesalazine) for 2 years, switched
at 1 stage to clofazimine for 2months. Subsequentwithdrawal
of mesalamine did not improve the raised hemidiaphragm.
It was considered that the diaphragmatic paralysis might
be due to a neuropathy associated with the condition.
Because the patient remained free of symptoms, however,
a conservative approach was adopted.
Eighteen months later, the patient had increasing orthop-
nea and exertional dyspnea. Lung function tests demon-
strated a significant orthostatic deterioration in forced
expiratory volume in 1 second and forced vital capacity,
and the patient was listed for diaphragmatic plication. She
was not receiving any treatment for her cheilitis at that
time. Routine radiography at preoperative assessment, how-
ever, revealed a normal position of the right hemidiaphragm
(Figure 1, B). The procedure was therefore cancelled, and
repeated radiography confirmed resolution. The patient’s
symptoms also resolved, with improvement in pulmonary
function tests and a return to normal activities.
One year later, the patient had recurrent symptoms of
breathlessness. During this interval, her cheilitis had shown
intermittent exacerbations on a background of chronic
inflammation. Chest radiography again revealed a raised
hemidiaphragm (Figure 1, C), and lung function had once
again deteriorated, despite concurrent medical immunomo-
dulation aimed at the orofacial inflammation. On this
occasion, the diaphragm remained fixed for several months,
and diaphragmatic plication was carried out through a mini-
thoracotomy to reduce hepatic intrathoracic encroachment.DISCUSSION
Granulomatous cheilitis, whether in isolation or as part of
MRS, may be a presenting feature of Crohn disease. MRS is
usually limited in symptoms, only rarely presenting with the
entire classic triad of orofacial granulomatosis, intermittent
facial nerve paralysis, and lingua plicata.1 Extracranial mu-
cocutaneousmanifestations of the disease2 and other cranial
nerve disorders have been described in the condition,3 but
there have been no reports of extracranial neuropathies.
One article described aberrance in the cardiac conducting
system4 causing heart block.
Other causes for a mononeuropathy seem unlikely
here. Mesalamine can cause neuropathy, but recrudescentrdiovascular Surgery c Volume 141, Number 5 e27
FIGURE 1. Intermittent raised hemidiaphragm at time of finding (A), improved at time of initial preoperative assessment and 18 months later (B), and
raised again at 32 months (C).
Brief Clinical Reportshemidiaphragm raise at one stage occurred somemonths af-
ter cessation of that drug. Likewise, the timing and brevity
of exposure to clofazimine makes it an unlikely culprit.
We postulate that in this case of MRS intermittent dia-
phragmatic paralysis of unknown etiology may have been
an unusual extracranial neuropathy. We suggest that the di-
agnosis be considered in other patients with peripheral neu-
ropathies in the context of granulomatous cheilitis.From the Po^le de Chirurgie Thoracique,a Ho^pital Albert Calmette, and Po^le de Chir-
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309-11.Staged repair of pectus excavatum during an aortic
valve–sparing operationNatacha Rousse,a,b Francis Juthier, MD, PhD,b Alain Prat, MD,b and Alain Wurtz, MD,a Lille, FranceControversy remains regarding the concomitant repair of
pectus excavatum and an aortic root aneurysm in patients
with Marfan syndrome. The pectus deformity may impair
optimal operative exposure of the aortic root, whereas
cardiopulmonary bypass coagulopathy would increase
bleeding after pectus excavatum repair. The concomitantsurgery requires (1) a minimal bleeding period during pec-
tus correction, (2) optimal operative exposure during aneu-
rysm repair, (3) efficient chest-wall stabilization using
a device that allows urgent postoperative reentry or cardio-
pulmonary resuscitation maneuvers if needed, and (4) a sat-
isfactory cosmetic result.
Our technique is a modified Ravitch procedure, with
staged resection of the cartilages before and after aortic
root aneurysm repair. The procedure starts with a midline
presternal incision. The pectoralis muscles are reflected su-
periorly, and the rectus abdominis is detached inferiorly.
The lower cartilages (fourth to sixth and extremities of
the seventh) are subperichondrially resected, whereas the
xyphoid process is preserved (Figure 1, A). After a median
sternotomy, aneurysm repair is then performed under car-
diopulmonary bypass. Last, after sternum closure, pectus
repair is achieved by performing additional resection ofery c May 2011
